A 50-year-old man with a 7-year history of an ulcerative rash on the lower extremities had rapidly progressive renal failure. Monoclonal IgA (X) was detected in his serum. Kidney biopsy revealed proliferative glomerulonephritis with dominant IgA and C3 deposition, compatible with IgA nephropathy. Immunohistochemical staining with anti-X chain was negative and electron microscopic examination revealed deposits in subendothelial and mesangial areas. The findings on the skin biopsy were consistent with that ofa pyoderma gangrenosum. The patient was treated with prednisolone pulse therapy followed by oral prednisolone. Renal function gradually and almost completely improved and proteinuria disappeared.
Introduction
Pyoderrna gangrenosum (PG) is an uncommon, ulcerative dermal disorder frequently (10-20%) (1) associated with monoclonal gammopathy (MG), most of which is the IgA isotype (2) . The relation between PGand disproteinemia concerning alterations in leukocyte functions seems to have a pathophysiological origin (3) . Wetreated a patient with IgA (X) MGand PG in whom rapidly progressive renal failure occurred. Renal biopsy showed proliferative glomerulonephritis with subendothelial and mesangial deposits, which were not fibrillary or tubular in character. Staining with anti-light chain X antibody was negative. Therefore, an indirect contribution of MGother than that in the light and heavy chain deposition disease was thought to be the related pathology. The occurrence of glomerulonephritis in the course of PG and associated with IgA MGhas rarely been documented.
Case Report
In 1987, a 43-year-old Japanese mannoticed a maculopapular rash on the lower extremities and scrotum and there was pus formation and small cutaneous ulcers. Oral prednisolone therapy ( 10 mg/day) ameliorated extension of the rash, however occasional exacerbation did occur. Abnormalities in urinary findings or renal function were nil. In May1994, he complained of a painless ulcer at the top of his oral hard plate. Otolaryngeal examinations revealed small ulcers in his nasal cavity. Pathological examination of the ulcers showedno specific findings other than submucosal inflammation. Chest X-rays and lung functions were normal and the serum titer for proteinase 3 or myeloperoxidase anti-neutrophil cytoplasmic antibody (C-or P-ANCA) were negative. Ocular examinations revealed nothing abnormal. However, in the urinary examinations, nonselective overt proteinuria (2 g/day) and 40-50 red blood cells (RBC)/microscope field, and hyaline or red cell casts in the sediment were evident. He was then admitted to our nephrology department. On admission, clinical examination showed several stages of rash; erythema, papules, ulcers, and pigmentation on the lower extremities ( Fig. 1 ). Laboratory investigations ( 3 ) and moderate for C3 and IgG. Immunohistochemical staining using antibody to k or X light chains (Behring, Marburg) was negative. Electron microscopy (EM) showedelectron dense deposits in the subendothelium space and also in the mesangium,as representing granular characteristics (Fig. 4) . Interposition of the mesangiumwas not evident.
As seen under the light microscope, cutaneous biopsy specimens had intraepidermal collections and subinfundibular infiltration of numerousneutrophils, which also extended into the underlying dermis and around the blood vessel wall, suggesting the presence of a leukocytoclastic vasculitis. These findings were compatible with PG. There was no finding of granuloma or fibrinoid necrosis. IF showed no significant deposition of complement or immimoglobulin in biopsied specimens of the cutaneous lesion. Thus, Honoch-Schonlein purpura (HSP) was not an appropriate diagnosis, whereas the renal pathology could not be distinguished from the findings in glomerulonephritis of HSP.
Renal function rapidly deteriorated during the month after appearance of the oral ulcer (Fig. 5) . Although the renal pathological findings were not completely compatible with those of crescentic glomerulonephritis, we considered that his renal lesion to be rapidly progressive glomerulonephritis. The patient was treated with 50 mg oral prednisolone daily and also 4 mg warfarin daily. Although the rashes almost disappeared with 4 weeks of this treatment, renal function progressed to the nadir of Ccr, 20 ml/min, and urinary protein excretion increased to the nephrotic range. Twoseries of 3 x 500 mgprednisolone pulse therapy were then initiated. Following those treatments, renal functions gradually improved and the proteinuria decreased. Six months after start of these treatments, renal function was almost normal, Ccr 120 ml/min, and urinary protein was less than 1 g/day with only a moderate residual microscopic hematuri a.
Discussio
Although renal deposits occur in individuals who preferentially overproduce IgA in response to antigenic stimulation (4, 5) , the rapidly progressive renal failure observed in the present patient is unusual. The clinical course and renal histology provided no evidence of renal amyloidosis.
Most case reports (6) (7) (8) than a moderate degree of proteinuria, which are comparable findings with those in our patient. However, their renal histology is different, revealing extensive endocapillary proliferation (6), PAS-positive nodular region (7), or more frequent appearance of crescent formation and eosinophilic deposits in glomerulus (8) . EMin these reports showed fibrillary structures in deposits in the subendothelial (6, 8) or mesangial region (7, 8 In the present case, a close relevance between IgA MGand glomerulonephritis is assumed, although the trigger of the onset and the mechanismfor the renal involvement still remains to be inve stigated.
